INTRODUCTION
In 1886 Laurence and Moon explained a case of 7years old female with rod-cone dystrophy, Hypogenitalism, mental retardation, obesity and Polydactyly. Her three elder brothers were also suffering from this clinical state. Then in 1920 Bardet described a female patient of 4 years old presented with the rodcone dystrophy, obesity and polydactyly (11 toes). She also had mental retardation. After two years of Bardet's report i.e., in 1922, Biedl studied two cases and highlighted the complete scenario of clinical signs which includes skull abnormalities, anal Atresia, mental deficiency and gastrointestinal conflicts. In 1925 Solis-Cohen and Weiss connected four patients of one family. Since these discoveries, presence of symptoms such asobesity, hypogonadism, retinal pigment defects, psychological hindrance and Polydactylism in several conditions as combinations, frequently in children with normal parents (cousin marriages) has been termed as Laurence-Moon-Bardet-Biedl Syndrome (LMBBS). 1, 2 Laurence Moon Bardet Biedl Syndrome which is a rare Autosomal genetic disorder with a spectrum of ocular associations such as rod cone dystrophy, (Atypical retinitis Pigmentosa), Myopia, Astigmatism, Anisometropia, Strabismus, keratoconus, optic atrophy, Nystagmus, central obesity, hearing difficulties, hypogonadism in males, renal involvement, postaxial polydactyly. 3 The patients generally have onset of symptoms within the first 10 years of life and among them the first complaint is usually poor night vision. Constriction of Peripheral visual fields is seen. Changes in the Fundus include constricted arterioles, waxy disc pallor and changes in the Peripheral Pigment includes pigment atrophy, bone specular pigmentation and areas of white deposits. 4 Less than 50% of cases show that males are more commonly affected when compared to females. Recent reports suggest that functional and morphological abnormalities are present in up to 90% of the affected patients. The renal abnormalities occur with a spectrum of activity, often causing significant morbidity and autopsy data reveals it to be the major cause of mortality. 5 The other features which are not usually present include hepatic fibrosis, diabetes mellitus, neurological, speech and language disorder, behavioral traits, facial dysmorphism, dental anomalies and developmental delay. 6 
CASE REPORT
An 18 year old male patient presented to the medicine department with weakness of both lower limbs since 7 days, unable to walk from 7 days and progressive loss of vision since from 1 year. Upon examination the height was 160cm weight less than 70 kg. Detailed clinical examination revealed boy of average height moderately built and nourished, obese, lethargic, lying on bed, not moving his lower limbs, having polydactyly. His voice is breathy and with high pitched nasal quality. The ophthalmological examination revealed deteriorating vision due to the retinitis Pigmentosa. The boy was found to be mentally retarded and hypogonadism. He had developmental delay. There was no evidence of hepatic fibrosis or diabetes mellitus in this case. Family history of the patient reveals that his father and mother had a consanguineous marriage. The patient is having one brother with similar features, which were consistent with LMBBS. His brother is also obese and is following a similar episodes of illness. 7 The birth history of the patient revealed that he was born out of interrelative marriage his mother was normal during pregnancy and had no history of taking any medications during gestation period. He was born at full term by normal vaginal delivery. History of birth asphyxia, cyanosis, feeding difficulties was negative. The baby was immunized peroliodically. According to the patient's mother baby had delayed physical and mental growth with delayed developmental milestones. He was started walking at the age of 4 years and spoke when he was around 5 years old. He gained weight with little or no delay. Genetic tests were not done because of the non-availability of the test in our institute and poor socioeconomic status of the patient. 1 Echo Doppler studies showed mitral valve, aortic valve, pulmonary valve, tricuspid valve were normal. Left atrium is 2.2 cm, left ventricle-EDD is 4.0 cm, and PW is 1.0 cm. Right atrium, right ventricle was normal, aorta 2.0 cm, pulmonary artery is normal, IAS and IVS is intact, good LV/RV function and normal sized chambers, normal valves, no PE/ clot/vegetation. Clinical Neuropathy EMG reports revealed no CMAP in right common peroneal nerve. The CMAP amplitude is reduced and the other parameters are within normal limits in right posterior tibial nerve. The distal latencies CMAP amplitude and motor conduction velocities are within normal limits in right median and ulnar nerve. F-wave latencies are within normal limits. No SNAP's (sural nerve action potential) could be elicited in right median amplitude is reduced and sensory conduction velocity is within normal limits in right Sural nerves. Nerve conduction study (NCS) is the medical diagnostic commonly used to evaluate the function, especially the ability of electrical conduction of the motor and sensory nerves and muscles of human body. It indicated when there is pain in limbs, weakness from spinal nerve compression and mainly for evaluation of weakness of arms and legs. Motor NCS and sensory NCS was performed in patient by electrical stimulation of peripheral nerve and recording from muscle and sensory portion of supplied by the nerve respectively. F-wave study here was performed to evaluate the conduction of action potential in the segments of the limb.
DISCUSSION
Laurence Moon Bardet Biedl Syndrome is an uncommon disorder. It is an Autosomal recessive disorder. Both parents must be carriers of defective gene and both must pass on that defective gene to the child in the order for the child to get affected. If both individual carry the defective gene, which is responsible for causing LMBBS, there is 1 in 4 chances of having a child with this syndrome. 7 Recent advances in genetics have enabled the investigators to define the syndrome by some specific mutations. Eleven genes are known to sessments to determine the presence of any complications potentially associated with this disorder such as kidney dysfunction, diabetes mellitus, liver function and high blood pressure. Early intervention is important in ensuring that children with Laurence-Moon-Bardet-Biedl syndrome reach their highest potential. Genetic counseling may be of benefit for affected individuals and their families. 6 The treatment which was given to the patient was Inj Methyl Prednisolone, Inj Opti-neuron, for 25 days then later Inj Immunoglobulin was added to the therapy. Prevalence range in North America and Europe ranges from 1:140,000 to 1:160,000 live births. However in Kuwait and Newfound land the rate is much higher with an estimated incidence of 1:13,500 and 1:17,500 respectively. There is a high frequency of consanguineous marriages in Pakistan, especially in Pathans and ethnic groups. 7 Particularly puberty is a stressful time for those with this syndrome and referring the patient to an experienced counselor is usually helpful. Testosterone supplements are oftenly prescribed to male patients, specifically in cases of having low level of this hormone. There are no proven effective treatments to either prevent or alleviate the deterioration in vision. However, spectacles were advised as low vision was present and regular ophthalmologist follow up was stressed upon. 9 The IQ tests determines that only a less number of patients are mentally retarded. The decreased IQ levels are correlated with the presence of visual handicap. 10 In general BBS patients are happy and friendly living children, and the society should not have a discriminatory attitude towards these children so that their quality of life may be improved. The patients had been seen by several specialists in different facilities, the diagnosis had been missed, possibly because of the rarity of the condition. It was the hypogonadism, absence of sexual characters. There was weakness of lower limbs and patient was unable to walk since 7 days and also there was progressive loss of vision since 1 year that brought the patient to over the department, where diagnosis was made. The case is being reported for its rarity. 
